The diagnosis of Behcet's syndrome (BS) is straightforward when it presents classically with recurrent oral and genital ulceration and ocular lesions'. However, many cases present atypically with neurological, arthritic, vascular or nondiagnostic cutaneous manifestations with none or only some of the classical triad'. Neurological involvement occurs in 10-25% of patients with BS and is a major cause of morbidity and mortality-, We report a patient who presented with intracranial hypertension (ICH) due to cerebral sinus thrombosis when the only other manifestation of BS was oral ulceration.
Case report A 21.year.old Caucasian male was admitted to hospital with a 2 week history of increasingly severe frontal headaches, photophobia, neck stiffness and myalgia. The remainder of the history was negative apart from 2 years of intermittent oral ulceration. On examination the abnormal findings were a pyrexia (38°C), facial pustules, mouth ulcers, intense myalgia and photophobia without objective meningism, papilloedema or other neurological signs. Initial investigations revealed a raised white cell count of 14.4x1Q9/1 (82% neutrophils), viscosity 2.11 cp and an alkaline phosphatase of 136 iull. Normal or negative investigations included the haemoglobin concentration, urea and electrolytes, liver function tests, calcium, phosphate, creatine phosphokinase, blood sugar, rheumatoid and antinuclear factors, autoimmune profile, immunoglobulins and complement; bacterial and viral cultures; viral and syphilitic serology, Paul Bunnell and Heaftests, and X-rays of the chest, abdomen, skull and sacroiliac joints.
During the first 4 hospital days the mouth ulcers became large and painful, and sterile pustules developed at the venepuncture sites and following the intradermal injection of sterile saline (positive pathergic test). On day five the patient developed a left abducens palsy with bilateral papilloedema without other neurological abnormalities. A CT brain scan was normal except for significantly reduced contrast medium in the left transverse sinus. On lumbar puncture the pressure was greatly raised (>0.4 m) but the CSF was normal. A diagnosis of Behcet's syndrome with intracranial hypertension due to cerebral sinus thrombosis was made and treatment commenced with oral dexamethasone 4 mg thrice daily and intravenous heparin 40 000 iu daily. The pyrexia and myalgia resolved within 2 days, the headaches and abducens palsy within a week and the papilloedema by 2 months. Treatment with warfarin and a low dose of dexamethasone was continued for 6 months. Subsequently, although well, the patient continues to develop mouth ulcers and has reported 2 episodes of scrotal ulceration.
Discussion
Behcet's syndrome is a clinical diagnosis based on the presence of characteristic manifestations'. During a 3 year period our patient suffered recurrent oral ulcers, characteristic skin lesions, genital ulceration and CNS involvement. He presented, however, with an uncommon neurological complication, intracranial hypertension (lCH), when the only other cardinal feature of BS was recurrent oral ulceration.
Neuro-Beheet's was classified by Pallia and Fudge (1956)3 into 3 types: brain stem syndromes, meningomyelitic and organic confusional states. In 1970, Kalbian and Challis? reported 3 Arab patients developing ICH as a complication of BS. They drew attention to a previous similar papers and proposed ICH as the fourth type of'neuro-Beheet's. Subsequent publications have confirmed this association in occasional Egyptian 6 , Morrocan", Spanish", Turkish" and Japanese" patients, and demonstrated by cerebral angiography that thrombosis of cerebral sinuses or veins is the cause of the ICH. This is consistent with the high incidence of venous thrombosis in the extracerebral vessels of patients with BS5.8.
Recent reviews of neuro-Beheet's in Britain'' and the United States'? do not include patients with ICH, and the absence of such cases was specifically pointed out. However, our patient demonstrates that this neurological complication of BS does occur in Caucasians and should be treated promptly with dexamethasone and anticoagulants to prevent optic atrophy and blindness 7 • syndrome. In: Beheet's syndrome: clinical-immunological features. London: Academic Press Superficial siderosis is a chronic disorder of the central nervous system in which haemosiderin is deposited in meninges, subependymal areas, hemispheres, brain stem, cerebellum, cord and cranial nerves':", It is usually recognized post mortem, but the clinical presentation may be sufficiently characteristic for diagnosis to be made in life. While in some cases the source of the bleeding can be determined, in others it is not found. We now report a case presenting with longstanding bilateral deafness.
Case report
A 69-year-old man was admitted complaining of bilateral deafness of 4 years duration and recently had suffered paraesthesiae in both feet and unsteadiness of gait. Examination disclosed bilateral loss of hearing, ataxia of both lower limbs, and bilateral loss of all modalities of sensation in the lower limbs. Cervical spondylosis was suggested and the patient seemed to improve with the use of a collar. Subsequently he deteriorated and 4 years later he was assessed at the National Hospitals, Queen Square. There were signs of mild intellectual deficit, bilateral nerve deafness, wasting of upper limb muscles and signs of severe cerebellar deficit. CT scan (Dr I Mosely) showed the appearances of cerebral and cerebellar atrophy. Neuro-otological examination confirmed very severe deafness present for all frequences on the left and with an island of residual hearing on the right at 500-1000 Hz. Caloric responses were severely reduced. The probable cause of the progressive deaf-ness was thought to be vascular insufficiency. The patient continued to deteriorate, dying at the age of 75. The general postmortem examination revealed bronchopneumonia, infective endocarditis, adenocarcinoma of the prostate and renal infarcts. The brain (1240 g) was sliced after formalin fixation and there was a notable brown discolouration of the thickened leptomeninges over the superior surface of the cerebellum, basal frontal areas, olfactory bulbs, and around the brain stem and its emerging nerve roots. No aneurysm or vascular malformation was found. There was moderate symmetrical dilatation of the ventricles and there were multiple, small, old and more recent infarcts in both hemispheres. The most striking finding was in intense deposition of haemosiderin in the leptomeninges, subpial and subependymal areas of the hemispheres, brain stem, cerebellum and spinal cord, and in the first, second, fifth, seventh, eighth <Figure 1) and tenth cranial nerves and spinal nerves. The haemosiderin was present both within macrophagas and lying freely, and in the brain the haemosiderin excited an intense reactive gliosis with the formation of ovoid bodies 20-30 Ilm in diameter <Figure 2). The presumed astrocytic origin of these ovoid bodies, however, could not be confirmed by immunohistochemistry (using GFAP·PAP) or electronmicroscopy. The most intense longstanding tissue destruction and gliosis were 
